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Summary 

In 1.1st 10 years , only .1 cases of Eisenmenger syndrome in pregnancy were found. All of tlwm V\l'rt ' 

treated with conventional therapy and all3 delivered vaginally. Two of the 3 babies were prem,lturc . rwo 
of the 3 motlwrs and a ll 3 babies survi ved. The only maternal d ea th was postpartum . 

• 

Introduction 

In llJ5H, Wood (1958) e>-.panded the anatomic 
concq 1t of the Fi-.enmenger complex and dehned 
h;,t•nnwngcr -.ynd rome (ES) as "pu lmonar y 
hvpntcns1on a t sy;,tem1c level, due to a high pulmonary 
\'ascular res istance with reve rsed or b idirectional shLmts 
at aorto-pulmonary, ventricular or atrial level". 

Thi;, svndrome i.r1 pregnancy and especially in 
puerperium car ri es a hig h maternal and fetal morbidity 
and mortality (C ieisher et al1979). Maternal mortality 
m cc1;,p;, with Eisenmenger's syndrome has changed very 
liltlt• on•r last 50 years (Yen ti s e t al, 1998). The mainstay 
of treatment is adm1n1stration of oxygen , digitalis, 
d 1uret1cs and anlibio ti cs (conven tiona! therapy). The use 
of hcpann and sy mpa thomim e ti cs is s till controversiaL 
<\dm11mtration of nitri c ox ide by inha lation during labor 
lo1' l'l''> pulmonary artery pressures within minutes and 
impro\'l''- o\ygcna ti on (Goodwin e t al1999) . We came 
clCro-.s 1 c,1;,es 1n las t 10 yea rs who were treated w1th 

conventional therapy, 2 of the mothers ,md .11lllw 1 b,lhit ·-. 
survived. 

Case reports 

Case No.1 

Mrs A. 20 years of age, a prm11gra1'ida presPnll'd 
at 20 weeks of gestation with palpitatmn and progrc-.sJ\ 't' 
effort dyspnoea. She had cya nos is of the digits <llid 
tongue s ince childhood . On examination , c,he h,1d 
clubbing of fingers and toes and central C\ a JHl'>IS . rlwrl' 
was clinical evidence of right ven tri cu lar lwpertroph 1 
and pulmonary hype rtens ion . ObstctricaiL'>-.c111l llldtloll 
revealed a gravid uterus corresponding to gc;,ta tJOJl.li 
age. The electrocardiogram and chest X- rav WL'l'l ' 
consistent with features of ES. !\ 2-dimen;,ion ,,J 
echocardiogram demonstrated ventr icu lar ;,eptal dcil'L t 
with pulmonary hypertenswn . Haemogram , blood 
biochemistry and unne ana lys1s wcr<' with1n normc1l 
limits. Serial ultrasonograp hy and non:otrc-.;, tes t I\ l'l'l' 



dune to a~Sl'S~ feta l we ll be ing. Pcltient was given digitalis, 
I .as tx, 1\.CI , antibiotics and oxygen . I ,abour was induced 
c1l lnm and a mature fem ale mfant was d e livered by 
1 c~cuum cx t racl i on . Throughout labo r, haem od ynamics 
remained ..,table. Her cya nosis becam e worse i.n early 
puerpc num but she res ponded well to con ventional 
therap1 and was d1scha rged. 

Case No. 2 

Mrs. 13. a 3'" g ravid a 23 years o f age, presented 
at12 wecl-..s of ges ta tion with progress ive effort dyspnoea. 
She W<-1S know n to have had heart disease s mce ea rl y 
childhood m c1 m fcs ted by cyanosis on exercise and by 
freq uen t re~p i ra to ry infec tiOns. She had two pre term 
del ivencs at home at 30 weeks of gestc1tio11. Both the babies 
died v. Ilhm ,1 lvcck of birth . On exa m ina tion she had 
u'n lrall \ dnos is, clubbin g of fin ge rs, loud pulmonary 
componen t of o.econd hea rt sound on ausculta tion and 
nght ventricul a r hype rtrophy as d ocum ented by chest 
>..- ray a nd e lec troca rdi og raph y . !\ 2-dimensional 
echocard iography showed large a tri a l o.e ptal defect with 
bid irectional shunt. Ultrasonography and nons tress tes t 
vverc dtliW to a-,sess fe tal well bemg. She went into pretem1 
labor at :q weeks ges ta ti on. Tocolys is was s ta rted and 
de\anwlhc~sone g iven . Two days la te r she delivered 
1·agmallv a pre ma ture fem ale baby. Pa ti ent 's condition 
"' o rsenC'd tw ice dunng puerperium. She was managed 
by conven ti ona l the rapy to which s he responded well 
and was d ischa rged a fter 2 w eeks. 

Case No .3 

Mr-. C. p rimig rav id a, 24 yea r.., of age apparently 
dS)' mploma lic and unaware of an y cardiac disease till 
1{) day-. bc1ck w hen she went to a hosp ital at 32 weeks of 
~cslat i on w 1th bluish di sco lo ra ti on of na ils, palpitatiOn 
and breath lcssness. She was d iagnosed the re to be a case 
ot J:S and re fe rred to thi s hospital. She presented with 
pretem1 labor and li quor dra ining per vag ina for 10 hours. 
On examma tion, she had c lubbing of fingers and toes 
with cent ra l cya nos is and BP w as 140/96. She was 
febrile. There was cl ini ca l evidence o f ri ght ventricular 
hypertrophy and p ulm ona ry h y pertension. Obstetrical 
examinal 1on -.howed a grav id ute rus corresponding to 
28 week-. of ges ta ti on . She was in labour with absent 
membrane. l ~ l ec troca rdiography and ches t X-ra y were 
~ugge-,til · e of ES. A 2-dim ensional echocardiography 
showed ventricul ar septal defect. Labour was augmented 
with syntoc mon. She d e li ve red vag in a lly a premature 
male babv. She was trea ted with antibio tics, digitalis, 
n> .. vgen, fru'ie mid e and nifedipine. Pa ti ent d eve loped 
h1 poten..,Ion on v<~ pos tna tal d ay and was shifted to 
intensll c CcllT unit tor management. She recovered from 
t]w. epi~ode. On 16'h pos tnata l day aga in her condition 
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d eteriorated and she s uccumbed to d ea th. , \utop-.1 "' cl" 

not p e rformed as pa tient 's re l a tt \ ' e~ re fu-.t·d tP g11 l' 

consent. 

Discussion 

The symptomatology o f ES th o ug h pa rti a ll y 
dep end s up on the un d e rlyin g ca rd iac d elt'cl, tlw 
corrunon finding of pulmonary hypertension w ill be the re 
in all cases. Lack of symptoms m ay be s tr ik mg ,1nd the 
condition may not be di agn osed until pregnam \ a~ 111 

case No.3 . This fea ture was also no ted by Ck·1-, lwr d ,11 
(1979). The diagn osis i.n all o ur pa ticn h w,1.., mc1dL' h1 
the clin1cal findin gs and su p por ted b1 I·C C , 2 ·U 
echocardiograph and X-ray ches t. 

Th e m os t acce pted exp la n c1l1 on lor high 
maternal mortality especially in the earl ~ po-.,tpcHltllll 
period , is hypotens ion which leads to increchl' m right 
to left shunt followin g de li ve ry (Jones & How 1ll, lW/i , 
Pitts et al1977). It is obvto us th a t fac tors th ,1 l ii1lrl'd'>l' 
puhnonary resis tance, d ecreases sys tcm il rL·-. i-.. l,111LL' tlr 
cau ses a fall in p e npheral blood pres-.urv through 
volume loss which enhances the right to left ~11 unl. Sw h 
a change may occ ur ac utely, a~ w ith a sudden po-.,t 
partum blood Joss or pulmona ry em boJu .., , or may be 
caused by the inability o f the pulmona ry 1·asc ula lu rc to 
readjust to pregnancy hem od yn ami c condition . Pre­
eclampsia is known to aggrava te the hypc rcoagu lah lc 
s tate of pregnancy even m ore. The on h Lc1'>l' of our.., 
which died during p ue rpen um suffered lrom prt· ­
eclampsia. As previously repo rted by o tht•r.., (lone-. & 
Howitt 1965, A rias 1977, Crawford e t at I 971 J 111c1lernal 
m ortality wa s highes t d unng pa rtu ri ti on c1 nd 111 tlw 
puerperium; sudden d ea th h as been d csc n lwd uplo 22 
d ays after d e livery (Neilson c l a l1 971 ). 

Jeyam alar e t a l (1992) co ncl udC'd thc1t tlw 
patients who were managed by conven tionc1l tht>rc1p1 
succumbed to d eath and those managed b1· LMl'fuJu..,c 
of pharmacological agents namely a ra llliiW ,m d lwp,m n 
survi ved . However, o ur experience ha~ p rm ·ed th c1t 
conventional therapy is quite e ffec ti ve . flw usc of 
anticoagulation in fac t is sh a rpl y o p po..,cd b1 
Nanayakkara and Pieris (1964) and la te r by Pills e t al 
(1977). Lust eta! (1999) and Coodwin e l a ! (199Y) hdl'l' 
shown that their patients responded we ll to inha la ti on 
o f nitric oxid e, but in bo th cases m ot he r d ied in 
puerperium. We have no t used anticoc1gu l,1nt tlr n1tr1t 
oxide in our cases. Calcium antagonists arc known to 
d ecre ase pulmonary a rte rial press ure more th an 
systemic arterial pressure in ES (Wong e t a! I Y89) ..,owe 
used nifedipi.ne in our 3"1 case which had J>IJ t. 

Th e normal p regn a nt pa tient tole rc1 tL's the 
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sudden blood loss of up to 1litre without much problem 
but a pattent of ES may not be able to adjust her 
pulmonary circulation. This will increase her right to 
left shunt, decreased cardiac output and she will enter a 
vicious cycle. This is the hypothe tical explanation for 
high maternal mortality in association with caesarean 
section (Gleisher et al, 1979, Jones & Howitt 1965). Hence, 
vagmal delivery seems to be the mode of choice. All our 
3 cases delivered vaginally. Gleisher e t al (1979) in his 
revievv has shown that more than half of all deliveries 
were premature. Whereas Yentis et al (1998) have shown 
that onlv 15o;,, of infants were born at term. The total 
perinatal mortality reached 28.3'X, which was mainly 
because of prematurity. Two of our 3 cases had pre term 
labour, however the babies survived as they were not 
too premature. Since sudden death is common in early 
puerperium it is advisable to keep the patients in hospital 
for 2-3 weeks rfter delivery. 

In a case of ES every obstetrician should counsel 
the patient against pregnancy. It is so important that 
Gle1sher et al (1979), have given provocative statement 
like "abortion is the proper management for pregnancy" 
which is very true. A first trimester D & C under 
paracervica l anaes thesia should be performed for 
interruption of pregnancy. Elective surgical sterilization, 
no less than three months after any previous pregnancy 
is advisable. Local and conduction anaesthesia are 
preferab le to general anes thesia (Arias, 1977). Both our 
patients who surv ived were counseled against further 
pregnancy were advised to come back after 3 months. 
Due to lack of good antenatal care all the 3 reported cases 

Eisenmenger syndro111c in preg nnllCi/ 

were diagnosed late in pregnancy . Two of the m 
responded to conventional therapy . These pa tien ts 
should normally be advtsed against pregnancy. If thl'\ 
come with pregnancy, abortiOn in 1 '' tnmc~ter or clec ti\ c 
sterilization after delivery should be done. 
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